normal vaginal delivery at term, and their birth weight was 2.5 kg and 2.3 kg, respectively. Milestones were normally attained. The elder child was normal at birth and by 1½ years of age started developing scaly lesions over the arms which later progressed to back, trunk, both the forearms, and both the legs associated with fissures over both the palms. Similarly, the younger child was normal at birth and by 6 months of age started developing scaly lesions over both the palms which later progressed to both the knees, elbows, buttocks, and both feet with fissures over both the palms. There was no history of itching or seasonal exacerbation. There was no history of atopy and no other family members had similar complaints. Other routine investigations and systemic examination were normal.
INTRODUCTION
P rogressive symmetric erythrokeratoderma (PSEK) was first described by Darier in 1911 in his article entitled "Erythroqueratodermie Verruqueuse en Nappes, Symetriqueet Progressive." [1] In 1922, Gottron published an article describing the same entity but renamed it as PSEK. [2] PSEK usually develops during early childhood as fixed and slowly progressive erythematous and hyperkeratotic plaques distributed symmetrically over the trunk, knees, elbows, dorsal surfaces of the hands and feet, and sometimes affecting the face, palms, and soles.
CASE REPORT
Two male siblings, aged 11 and 7 years, respectively, born out of second degree consanguineous marriage were brought to our skin OPD for complaints of raised, dry scaly lesions over the extensor aspect of both the extremities. History from the father revealed that the antenatal period was uneventful during both the pregnancies. Both the children were delivered by seen over dorsum of both hands and feet, extensor aspect of both knees and elbows, associated with fissures in both the palms and soles. Well-defined scaly plaques were also seen on the trunk of the elder sibling [ Figure 1 ].
Histopathological examination of the first child showed hyperkeratosis, acanthosis, and focally papillomatous epidermis overlying fibrocollagenous dermis, follicular plugging was seen. Mild lymphocytic infiltration was seen in superficial and papillary dermis [ Figure 2 ]. The second child showed hyperkeratosis, acanthosis, elongated rete pegs overlying fibrocollagenous dermis, papillary dermis showing inflammatory infiltrate composed of lymphocytes. The superficial dermis also showed mild lymphocytic infiltrate surrounding blood vessel [ Figure 3 ].
DISCUSSION
Erythrokeratodermas are rare genodermatosis, which are inherited autosomal dominantly. Erythrokeratodermas have been divided into two major nonsyndromic types [3] and some syndromes such as [4, 5] (keratitis, ichthyosis, deafness) syndrome, and (hystrix-like, ichthyosis, deafness) syndrome. The two major nonsyndromic types have been described as PSEK and erythrokeratodermia variabilis (EKV). PSEK usually appears in childhood and shows an equal sex incidence. Skin lesions are characterized by erythematous, symmetrical, well-defined, hyperkeratotic plaques commonly seen over the elbows, knees, buttocks, face, palms, and soles. The trunk is spared. There is marked tendency for improvement after puberty.
The mutation occurs in the loricrin protein, with gene coding region located on 1q21.3. [6] [7] [8] Loricrin is a major structural component of the cornified cell envelope, formed beneath the plasma membrane of stratified squamous epithelial cells during terminal differentiation.
Progressive symmetric erythrokeratoderma is differentiated from EKV. Unlike in PSEK, the lesions in EKV fluctuate in their extent and configuration, involve the abdomen and thorax in addition to the extremities and show seasonal variation. The other differentials that need to be considered are psoriasis and pityriasis rubra pilaris, which can aptly be ruled out on the basis of histopathology. Topical emollients, keratolytics, and oral retinoid therapy may result in improvement. 
